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Acute upper limb ischemia resulting from 
cleidocranial dysostosis 
Khaver N. Qureshi, MBBS, Timothy A. Lees, MD, and John Holdsworth, MD, 
Carlisle and Newcastle upon Tyne, United Kingdom 
A case is reported of  a woman with an ischemic arm as a result of  damage to the 
subclavian artery by the clavicular anomaly associated with cleidocranial dysostasis. Only 
one similar case has been reported previously. (J Vasc Sttrg 1997;26:888-90.) 
Acute upper l imb ischemia is relatively uncom- 
mon and may result from arterial embolus,  th rombo-  
sis o f  an atherosclerotic lesion, or  mechanical damage 
to the subclavian artery by anomalies o f  the thoracic 
outlet,  such as a cervical rib or band or a bony 
exostosis o f  the first rib. We present a rare case o f  
upper l imb ischemia that occurred as a result o f  
cleidocranial dysostosis. 
CASE REPORT 
A 63-year-old woman sought medical attention with a 
6-week history of pain and ulceration of the fingers on her 
right hand. She had been known from childhood to have 
cleidocranial dysostosis and for 2 years had a history com- 
patible with Raynaud's disease affecting her right hand. In 
addition, for 8 months he had noticed forearm pain when 
using this arm. She had previously had varicose veins 
treated by bilateral ligation and stripping of her long saphe- 
nous veins. On examination, her right hand was dusky and 
cooler than the left, with ulceration at the tip of the index 
finger and base of the little finger. No brachial or radial 
pulse was palpable in this arm. A chest roentgenogram 
(Fig. 1) demonstrated an absence of the central portion of 
the clavicle on each side. An angiogram (Fig. 2) revealed a 
minor degree of dilatation of the subclavian artery, with a 
filling defect in the lumen of the vessel. There was occlu- 
sion of the axillary artery beyond the abnormal clavicle and 
no filling of vessels further down the arm. 
At operation, dense scar tissue was encountered encas- 
ing the subclavian artery and bridging the gap between the 
two segments of clavicle. The medial segment of bone was 
excised. The artery was dilated within and distal to the 
scarring, and when opened it contained adherent throm- 
bus on an area of damaged intima. An embolectomy cath- 
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eter would not pass readily down the arm, and thus a 
second arteriotomy in the antecubital fossa was required in 
order to facilitate a thrombectomy. Without he availability 
of a suitable vein for g afting the damaged segment of the 
subclavian artery, it was replaced with an interposition 
polytetrafluoroethylene graft. The distal arteriotomy was 
closed with a vein patch. 
The patient's postoperative r covery was uncompli- 
cated. She was discharged on warfarin with a palpable 
radial pulse and healed ulceration on her hand. However, 6 
weeks later she was readmitted with further ischemia of her 
arm, which was shown on ultrasound to be caused by 
thrombosis of the polytetrafluoroethylene graft. Further 
surgery was not undertaken on the basis that there had 
been a previous difficult thrombectomy, that the reoc- 
clusion had occurred espite the patient taking warfarin, 
and that the degree of ischemia did not appear to be 
immediately threatening the viability of the limb. A 
10-day course of intravenous prostacyclin was given 
empirically, and during this time the condition of  the 
arm and hand improved. At review 3 months later, the 
patient did not have ischemic pain, but her arm tired 
easily when used. An ultrasound scan of the contralateral 
subclavian artery appeared normal. 
DISCUSSION 
Cleidocranial dysostosis i a congenital  condit ion 
that results from faulty development  o f  membranous 
bones, mainly the clavicles and skull. The clavicular 
abnormal i ty may range from a small defect in one 
clavicle to complete absence o f  both,  but most fre- 
quently an absence o f  the central clavicular segment,  1 
as was seen in our patient. A review of  the l iterature 
has revealed only one previous report  o f  arterial dam- 
age as a result ofcleidocranial  dysostosis. 2 This was in 
a 63-year-old woman who had an ischemic r ight arm 
that improved spontaneously and for which no treat- 
ment  was given. Two years later this same patient was 
admitted with vertebrobasi lar symptoms and an ab- 
sent left subclavian pulse, which had been present 2 
years earlier. An angiogram revealed that the subcla- 
vian artery was compressed in the region o f  the ab- 
normal  clavicle and that there was poststenot ic dila- 
tation o f  the artery, which was found at operat ion to 
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Fig. I. Chest roentgenogram demonstrates the clavicular abnormality. 
Fig. 2. Arch aortogram demonstrates a filling defect in the right subclavian artery and occlu- 
sion of the axillary artery. 
be caused by pressure from the proximal fragment of 
clavicle. This previous case report was of  a patient of a 
similar age and with comparable pathologic findings 
to those of our patient. Abolition of the radial pulse 
by shoulder depression without arterial damage in 
cleidocranial dysostosis has also been reported. 3 
It was of interest hat the pathologic findings of 
the arterial esion were similar to those observed in 
acute ischemia secondary to a cervical rib, where 
there is often aneurysmal dilatation of  the artery and 
an associated intimal lesion leading to distal emboli- 
zation. 
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CONCLUSION 
Arterial injury as a result o f  cleidocranial dysosto- 
sis is extremely rare, with only one previously re- 
ported case in the l iterature, but  it must be consid- 
ered a possible underlying disease in patients with 
upper l imb ischemia. 
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